We report a case of cholesteatoma associated with unilateral congenital aural atresia (CAA) and microtia, resulting in extracranial complication. 
Introduction:
Congenital aural atresia (CAA) refers to a spectrum of ear deformities present at birth that involves some degree of failure of the development of the external auditory canal (EAC). The incidence of congenital aural atresia is 1 in 10,000 to 1 in 20,000 live births [1] . Microtia has an incidence of 1 in 7000 to 8000 births in the general population [2, 3] . Males are affected more commonly, and the reported ratio of right-to-left-to-bilateral is approximately 5:3:1 with bilateral deformity occurring in only 10% of patients [4, 5, 6, 7] .
Case report : Obliteration of mastoid cavity posterior to vertical segment of bony facial canal was done using pedicled temporalis muscle flap to reduce the size of postoperative cavity. Middle ear cavity was covered with temporalis fascia graft. Vol-2 Issue 1 Pg. no. 4
FIGURE-1 showing Right grade II microtia

Discussion :
The dominating feature of congenital aural atresia is absence of the external auditory canal. It is commonly unilateral, more frequently involving the right ear [9] . While associated abnormalities of the auricle are common, the inner ear development of these patients is the EAC formation so as to form a nidus for the cholesteatoma behind the atresia plate [10] . This theory is known as "embryological rest" theory and was credited as one of the possible mechanisms of congenital cholesteatoma development [11] .
Zalzal et al (1987) reported a case of a two year
old boy with congenital aural atresia complicated by acute mastoiditis and lateral sinus thrombosis due to concurrent cholesteatoma [12] . Nishimura et al (1985) reported another cholesteatoma case with aural atresia, arising behind the atresia plate that also caused mastoditis and subperiostal abcess [13] . Cole and Jahrsdorfer (1990) [14] reported the largest series of cholesteatoma and aural stenosis association. They found 48% of their EAC stenosis patients (with the ear canal smaller than 4 mm diameter) developing cholesteatoma and none of them were under the age of three. More strikingly, they found cholesteatomous developments in 91 % (10 out of 11) patients with ear canal diameters of 2 mm or less. Hidden large cholesteatoma has been missed out in our patient due to inability to examine an atretic ear canal. When cholesteatoma is located behind atretic or stenotic canal segment, the risk of extra-temporal complications such as mastoiditis, cutaneous fistula and intracranial extensions are greater due to the hindrance of growth and drainage towards the nonexistent or severely narrowed EAC [15] . Cutaneous fistulae were seen in post auricular, inframastoid and cavum conchae region in our patient along with history of associated mastoid tenderness. These fistulae were also identified in CT based fistulogram.
Given the severity and frequency of complications resulting from cholesteatoma, mastoidectomy is necessary to determine the underlying pathology and to control the disease process [16] , as was done in our patient.
In 2006, Caughey et al [17] reported a case of 
